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Abstract
Swollen duodenal papilla is one of the characteristic ﬁndings of type 1 autoimmune pancreatitis (AIP). Diffuse narrowing
of the main pancreatic duct associated with AIP often misleads the diagnosis as pancreatic cancer. In these situations, typical
ﬁndings on endoscopic retrograde cholangiopancreatography, endoscopic ultrasound, and intraductal ultrasound, as well
as macroscopic features of the papilla, immunoglobulin-G4 (IgG4) expression in biopsy specimen from the papilla and
elevated serum IgG4 help to make the correct diagnosis of type 1 AIP. This article is part of an expert video encyclopedia.
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Materials
• Duodenoscope: GF260V Olympus; Tokyo, Japan.
• Endoscopic retrograde cholangiopancreatography (ERCP)
cannula: PR109-1; Olympus, Tokyo, Japan.
• Fine needle aspiration (FNA) needle: Echo-Tip Ultra 22 G;
Cook Medical, Winston–Salem, NC, USA.
Background and Endoscopic Procedures
Autoimmune pancreatitis (AIP) has been characterized by
irregular narrowing of the main pancreatic duct and diffused/
segmental swelling of the parenchyma owing to lympho-
plasmacytic inﬁltration.1 Recently, the International Con-
sensus Diagnostic Criteria for AIP were established. For the
diagnosis of type 1 AIP, the endoscopic ﬁndings, features de-
picted by computed tomography (CT) and serum Immuno-
globulin-G4 (IgG4) positivity are crucial. However, the
diagnosis of type 2 AIP is challenging because it requires
histopathological evidence of idiopathic duct-centric pan-
creatitis.1 Swollen duodenal papilla using IgG4 immuno-
staining is useful in the diagnosis and prognosis of type 1 AIP.2
Similarly, intraductal ultrasonography (IDUS) of the bile duct
could differentiate type 1 AIP from primary sclerosing cho-
langitis or Klatskin tumor.3 In addition, IgG4 and/or FOXP-3
expression in the duodenal papilla might help to distinguish
type 1 AIP from pancreatic cancer.4
The authors presented the case of a patient who underwent
endoscopic ultrasonography (EUS), ERCP, IDUS, and EUS–FNA
for suspected type 1 AIP. The patient was a 58-year-old Japanese
female. Late-onset bronchial asthma initiated at the age of 42
and a ﬁrst self-limited episode of jaundice at the age of 54 years
was reported. This time, she developed recurrent jaundice and
was referred to the hospital for further workup. Elevated serum
IgG4 of 2060 mg dl–1 was noted. Upper endoscopy revealed
swollen duodenal papilla with dilated veins observed with
narrow band imaging (NBI). Immunohistology showed abun-
dant IgG4-positive plasma cells in the endoscopic biopsy spe-
cimens taken from the duodenal papilla, suggestive of type 1
AIP. EUS depicted a low echoic sausage-like enlarged pancreas.
The authors conducted EUS-guided FNA using a 22-gage
needle to differentiate this ﬁnding from pancreatic carcinoma.
Histological workup revealed lymphoplasmacytic sclerosing
pancreatitis negative for IgG4 staining. ERCP detected stricture
of the lower part of the common bile duct and diffuse irregular
narrowing of the main pancreatic duct. IDUS showed sym-
metrical wall thickness with homogeneous internal foci in the
bile duct.3 The diagnosis of type 1 AIP was made. Four weeks
after administration of corticosteroids, the enlarged pancreas
had regressed to normal dimensions as assessed by CT scan.
Endoscopic features such as swollen duodenal papilla,
characteristic changes of the vascular pattern with dilated veins
at the mucosal surface, and IgG4 expression of the biopsy
specimens might indeed facilitate diagnosis of type 1 AIP. EUS
and EUS-guided FNA help to distinguish this ﬁnding from
pancreatic carcinoma. Moreover, IDUS provides useful diag-
nostic clues to differentiate type 1 AIP from primary sclerosing
cholangitis and/or Klatskin tumor.
Key Learning Points/Tips and Tricks
• Endoscopic features of the papilla with positive IgG4
immunostaining facilitate diagnosis of type 1 AIP.
• The diffuse narrowing main pancreatic duct is highly sug-
gestive but not diagnostic for AIP.
This article is part of an expert video encyclopedia. Click here for the full
Table of Contents.
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• EUS-guided FNA should be done in cases where pancreatic
cancer could not be ruled out.
Scripted Voiceover
Time (min:sec) Voiceover text
00:00 A 58-year-old woman presented with recurrent
jaundice. Serum IgG4 levels were massively
increased and autoimmune pancreatitis was
suspected. During endoscopy we saw this
swollen duodenal papilla, with altered
vascular pattern and irregular dilated veins
that were enhanced by NBI.
00:21 Biopsies were sampled from the papilla and
immunohistology showed abundant IgG4-
positive plasma cells, further supporting the
diagnosis of type I autoimmune pancreatitis.
00:31 In the next step we conducted endoscopic
radial ultrasonography. Here we see the
hypoechoic enlarged and sausage-like
pancreas with some hyperechoic foci.
00:51 We conducted EUS-guided FNA using a 22-
gage needle to further establish the
suspected diagnosis and differentiate it from
pancreatic cancer.
01:05 Histological work-up revealed
lymphoplasmacytic sclerosing pancreatitis
(LPSP). However, IgG4 immunostaining was
negative.
01:16 Next we perform ERCP. Here we see a stricture
of the lower part of the common bile duct
and diffuse irregular narrowing of the main
pancreatic duct and side branches, without
upstream dilatation of the pancreatic duct.
These ﬁndings are again well in line with
suspected autoimmune pancreatitis.
02:08 To further characterize the stenosis of the
common bile duct, we perform intraductal
ultrasonography. We see symmetrical
thickening of the duct with homogeneous
internal foci. Again, these ﬁndings are in line
with autoimmune pancreatitis.
02:23 Because of the strong evidence of autoimmune
pancreatitis, a corticosteroid therapy was
initiated. Four weeks later ERCP revealed
regression of the pathological changes within
the pancreas and CT scan also showed
marked regression of the pancreatic
changes.
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